Laryngeal leiomyosarcoma is a rare smooth muscle malignancy of the head and neck region. Diagnosis is based on immunohistochemistry. Here we present a case of laryngeal leiomyosarcoma that was diagnosed and treated in our center, focusing on the clinical features, histological diagnosis and management of this rare disease.
Introduction
Laryngeal leiomyosarcoma is one of the rarer types of laryngeal carcinoma. It normally presents in the older age group. Clinical features include hoarseness and dysphagia. Diagnosis is via immunohistochemical investigations which are positive for muscle specific actin, desmin and vimentin. Surgery with a clear margin is the main treatment option. Long term follow up is essential as it has the potential for recurrence later.
Case Report
P, a 52 years old man who was a non smoker presented to our center with a history of hoarseness for 6 months in duration. There were no complains of difficulty in breathing or dysphagia. Flexible nasopharyngolaryngoscopy (FNPLS) showed an irregular mass at the anterior commissure extending to the anterior third of the left vocal cord. There were no palpable neck nodes. He underwent a endoscopic laryngeal microsurgery (ELMS) where a biopsy was taken. The histopathological examination (HPE) showed malignant spindle cells that are positive for smooth muscle actin (SMA) and vimentin consistent with leiomyosarcoma ( Fig. 1 ). The specimens were negative for desmin and S100. Computed tomography showed soft tissue lesion at the left vocal cord involving the anterior commissure and extending into the subglottic region. No evidence of erosion of the thyroid cartilage or hyoid bone was noted on imaging. There were also no radiological evidences of lymph node involvement or distant metastases. He subsequently underwent a total laryngectomy. The resected specimen consisted of a total larynx with a tumor arising from the anterior commissure extending about 5-10 mm below the subglottic region ( Fig. 2 ). Histology showed a haphazardly arranged spindle shaped cells that have elongated and pleomorphic nuclei with numerous mitotic figures ( Fig. 3 ). No radiotherapy was given after being reviewed by the oncological department as the surgical margins were clear histologically. At 1 year post operation, patient did not show any evidence of recurrence and is well.
Discussion
Leiomyosarcoma (LMS) is a malignant tumor of soft tissue origin which is normally found in the gastrointestinal tract, uterus and the retroperitoneum region. Laryngeal LMS constitutes to about 3% of all LMS [1] . It was first mentioned by Frank [2] in 1941 and is very rare as sarcoma only consist of less than 1% of all laryngeal carcinomas with chondrosarcoma being the most common laryngeal sarcoma [3] . So far, to the best of the author's knowledge only about 50 cases have been reported in literature.
Laryngeal LMS normally occurs in the fifth or sixth decade and is more common in males compared to females [4, 5] . Predisposing factors include history of irradiation, underlying syndromes such as tuberous sclerosis, neurofibromatosis, Gardner's syndrome, Turcot's syndrome and immunosuppressions [4] . The patient above had no such risk factors. Clinical features include hoarseness, dysphagia and stridor which are similar in presentation to other laryngeal malignancy. It however, has the potential to grow rapidly causing airway compromise [5] . Patients will need to undergo laryngeal microsurgery to get a tissue biopsy for diagnosis.
Immunohistochemical investigations play an important role in reaching the diagnosis of LMS. LMS is normally positive for muscle specific actin, desmin and vimentin and negative for cytokeratins, CD 34 and S-1000 [5] . Histopathological examination features of laryngeal LMS includes prominent interlacing bundles and fascicles of spindle cells which are elongated with cytoplasmic extension, abundant eosinophilic cytoplasm, large pleomorphic cells with irregular multiple nucleoli and high mitotic rate [3] [4] [5] . Ultrastructural examination with an electron microscope can also help in the diagnosis of laryngeal LMS in cases where the tumor does not have show the specific immunohistochemical reactivity [5] . The characteristics that can be determined ultrastructurally include pinocytotic vesicles, desmosomes and myofibrils [6] .
Differential diagnosis includes leiomyoma, chondrosarcoma, fibrosarcoma, spindle cell carcinoma, malignant melanoma, rhabdomyosarcoma and inflammatory myofibroblastic tumor [3] [4] [5] [6] . Metastasis at the point of diagnosis is uncommon. Laryngeal LMS normally metastasize via the hematogenous route to the lungs and liver [6] . Lymph node metastasis is rare. No established treatment modalities are available currently due to the small number of cases reported [5] . Surgical resection with a clear margin however, is the preferred treatment option. In our patient, a total laryngectomy was performed. Elective neck dissection is not recommended [3, 5] . Other treatment modalities such as radiotherapy and chemotherapy have a disputed usefulness in the management of this disease. In our patient, no radiotherapy was given post operatively as the surgical margins were clear. A long period of follow up is important as the risk of recurrence persist even after treatment [7] .
Conclusion
Laryngeal LMS is a rare entity and may present similarly to other laryngeal carcinoma. Diagnosis via immunohistochemical staining is important and surgical resection with a clear margin is the preferred treatment option that optimizes the long term prognosis.
